ATAXIC LATERAL SCLEROSIS* 


By J. G. PRESTON, M. D., 


PROFESSOR OF GENERAL MEDICINE IN THE BALTIMORE POLYCLINIC. 

U NDER the names Ataxic Paraplegia , Combined Scle¬ 
rosis, Mixed Sclerosis &c., have been described a 
quite definite group of symptoms for which I would 
suggest the term Ataxic Lateral Sclerosis. Since the time 
(1875) that Erb, and soon after Charcot, described primary 
lateral sclerosis, cases have been reported, possessing 
most of the characteristic symptoms of this disease, with 
certain additions. Some of these cases fell under spastic 
paraplegia, others again were described as abnormal cases of 
posterior sclerosis. 

No account of this disease will be found in works on 
general medicine, and few writers on nervous diseases (if we 
except to R. Gowers, who has admirably described it) have 
done more than alude to it. 

The disease appears to be more common in men than 
in women, and begins usually about the thirtieth year. So far 
as has been observed it does not follow any neurotic ten¬ 
dency, and appears to be entirely unconnected with syphilis. 

Most writers suggest over exertion, sudden cooling of 
the body, excesses, &c., as probable causes. In the case 
which I will relate, over exertion was the only assignable 
cause. It is not improbable, as has been suggested, that 
some cases of sclerosis are really traumatic, produced by 
the rupture of spinal arteries, with secondary degeneration. 
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The symptoms of the disease are usually easy to bring out. 
There is a history of a tired, weak feeling, beginning in the 
legs, which lasts for months. The patient notices that he is 
more easily fatigued, and that his legs feel stiff on rising. 
Often there is a good deal of ataxia present at this stage, 
and the history will show that the patient complains of 
staggering when he attempts to walk at night, and has to 
keep his eyes on the ground. 

As the disease progresses spastic gait becomes more and 
more marked. Owing to the over action of the gastroc¬ 
nemius the heel is drawn up and the toe thrown forward. 
The patient is thus obliged to adopt a “waddling” gait, to 
prevent the toe dragging. Going up and down stairs is very 
difficult, and rough ground makes progress very tedious. 
Sometimes, however, this spastic gait is somewhat modified 
by the ataxic symptoms. There is no girdle pain, or light¬ 
ening pains, so common in posterior sclerosis, though there 
may be sensations of numbness, and slight pains in the legs. 
Sexual power and control over the sphincters is usually 
much impaired. The reflexes, superficial and deep, are 
greatly exaggerated. The knee jerk is much increased, and 
ankle-clonus is readily obtained. Usually the pupils react 
normally. As the disease advances the spastic conditions 
become more marked, until the slightest attempt at motion 
causes a spasm of the extensor muscles. Finally paralysis 
more or less complete comes on. The arms are rarely 
attacked, but may show to a less degree the symptoms so 
characteristic in the lower extremities. As illustrative of 
this disease I will relate the following case, now under my 
care. 

R. M., aet. 33, engaged in putting up stoves, ranges, &c. 
No neurotic history ; never had syphilis or rheumatism ; 
has always been healthy ; worked hard since boyhood, and 
in the course of his business had much heavy lifting. 

About two years ago he noticed that his legs were get¬ 
ting weak—had slight pains and numbness. Continued to 
get gradually worse ; noticed that he staggered when at¬ 
tempting to walk at night. Sexual power has now almost 
disappeared, and he has lost perfect control over bladder 



ATAXIC LATERAL SC EROS IS. 


243 

and rectum ; often has cramps in his legs ; no pain or ten¬ 
derness over spine ; no girdle sensation. Sways slightly 
when standing with eyes closed, and walks with difficulty. 
Muscles are well nourished, and react rather more than 
normal to Faradaic current. Gait spastic ; drags his toes ; 
says he always wears out his shoes at the toe—right leg 
rather more affected than left—no impairment of sensibility; 
knee jerk much exaggerated, and ankle-clonus well marked. 

In this case, as often happens, the ataxic symptoms, 
prominent in the early stages, are obscured to some degree 
by the spastic and paralytic phenomena. 

In this particular case the ataxic symptoms are in the 
background, while the spastic phenomena are prominent. 
The sensory and ataxic disturbances, and the loss of con¬ 
trol over the sphincters would tend to discredit the notion of 
pure lateral sclerosis, while the absence of girdle pain, or 
in fact any localized pain, together with the fact that the 
symptoms appeared simultaneously on both sides would 
make against the diagnosis of chronic myelitis. 

While this disease is hybrid, so to speak, and should 
not be considered as a perfectly distinct affection, still it is 
convenient for diagnostic purposes to separate it from the 
two forms of sclerosis, posterior and lateral , which it so 
much resembles. 

The diagnosis is to be made between the affection we 
have been considering and which we would call Ataxic 
Lateral Sclerosis, and several diseases of the cord. Chronic 
myelitis and slow compression often present symptoms sim¬ 
ilar to the ones here described, but in these conditions 
we have nearly always localized pain, girdle pain, marked 
interference with sensation, and after a period of a few 
months tendency to recovery or marked destructive lesions. 
Posterior sclerosis presents, at least during the greater part 
of its course, no paresis or spasmodic phenomena, marked 
pupillary reactions, lightning pains with trophic changes 
and other marked special symptoms. Simple, primary lat¬ 
eral sclerosis shows no ataxia, no changes in sensory con¬ 
duction, and according to Erb, Charcot, Ross and others, 
no interference with sexual powers and no loss of control 
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over the sphincters. There is another form of sclerosis, 
which from the nature of the lesion, is often impossible to 
distinguish from ataxic lateral sclerosis, namely, dissemina¬ 
ted, or multiple sclerosis. The sclerotic patches may of 
course occupy any position, and consequently give rise to a 
great variety of symptoms. One of Charcot’s cases, diag¬ 
nosed ataxic lateral sclerosis, proved on autopsy to be a 
case of very general multiple sclerosis. 

The autopsies on patients dying from this form of scle¬ 
rosis have not been numerous, but have gone far to bear 
out the clinical picture. Westphal, in a very typical case, 
found (Archiv. f. Psyc. Bd. XV.) post-mortem, sclerotic de¬ 
generation in the lateral columns and also in the columns of 
Goll. Hamilton (N. Y. Record, XV, 1879), Omerod (Brain 
XII, 1885), Dana (Med. News, 1887-1), and a number of 
others have reported autopsies of cases presenting the 
symptoms enumerated above, in which were found degener- 
tion of both lateral and posterior columns. 

The degeneration is not always found to be strictly sys¬ 
temic, but may spread over adjacent regions to a certain 
extent. Generally the most marked sclerosis is in the dor¬ 
sal region in the pyramidal tract, and in the columns of 
Goll. The posterior root zones are rarely much affected. 
The direct cerebellar tracts may or may not be included in 
the degeneration. Of course there may exist great variey in 
the extent and intensity of the process, just as we see in 
most other forms of sclerosis, and secondary degeneration 
may follow the primal lesion. 

The prognosis of ataxic lateral sclerosis is very favora¬ 
ble as regards life. It is the most chronic of all the scler¬ 
oses, and rarely ever of itself produces death. It may ap¬ 
parently be arrested in its course, and cases have been re¬ 
ported in which improvement and even recovery have taken 
place. Generally speaking, however, we can rarely hope 
for cure in this more than in other forms of sclerosis. 

As to treatment,"rest, warm baths, arsenic, massage, 
calabar bean, bromides and general tonics are to be recom¬ 
mended. 

The bladder must be carefully watched, and the general 
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health of the patient attended to. Often a sea voyage 
proves beneficial. Electricity is probably hurtful and if used 
at all should be employed cautiously. 

The patient whose case I have reported has certainly im¬ 
proved on arsenic, warm baths and massage. 

I have refrained from describing minutely the symptoms 
or pathology of this disease, since they are both well-known 
or at least have been often described in the two forms of 
which this affection is the hybrid. I wish simply to call at¬ 
tention to this’interesting variety of sclerosis. 



